doses, his condition deteriorated, and he developed bilateral psoas spasm. A laparotomy was performed which excluded intra-abdominal sepsis. The following day a greyish-white membrane was noted on the pharynx and pillars of the fauces, and from this Pseudomonas pseudomallei was cultured.
He was treated with tetracycline, to which the organism was sensitive in vitro, but failed to imimprove. Repeat sensitivity testing three weeks later showed diminished sensitivity to tetracycline. Abscesses on two toes and a finger appeared and these were shown radiologically to be associated with underlying osteomyelitis of the phalanges. Bone curettings from these abscesses grew Ps. pseudomallei.
Because of his failure to improve he was transfe-red from Singapore to England three months after tl&e start of the illness. He was emaciated, ehydrated and anemic on arrival. Three weeks reatment with intravenous chloramphenicol 100 mg/kg/day and kanamycin 15 mg/kg/day led to sufficient improvement to allow intramuscular therapy, and two weeks later the antibiotic regime was changed to oral sulphadimidine because of continued progress. Biopsy of a skin nodule five weeks after transfer, however, still grew Ps. pseudomallei. Recovery was interrupted by a urinary infection with Strep. fwcalis which responded to treatment with ampicillin. For the last fifteen months, since recovery, he has been maintained on Septrin and has remained well.
He also has chronic granulomatous disease (diagnosed using the qualitative nitroblue tetrazolium test of Windhorst et al. (1967) and by a bacteria! killing test modified from that of Quie et al. (1967) ) and unexpectedly low immunoglobulin levels. After three months of chronic infection his IgG varied from 52 % to 100 %, IgA was 40-136 % and IgM I 12-156% of the MRC reference standards. Following clinical recovery IgG dropped to 44 %, IgA to 52 % and IgM to 40 % of the MRC reference standards. Since his non-identical twin brother also has rather low immunoglobulins, this may be a familial abnormality unrelated to the chronic granulomatous disease, which is usually associated with high immunoglobulin values. It is surprising, however, that with defects in both leukocyte and immunoglobulin function, our patient has not had a more stormy clinical course.
Discussion
Melioidosis is a disease endemic in south-east Asia, and caused by the Gram-negative bacillus, Ps. pseudomallei. The organism is a widespread saprophyte and can be cultured from soil, drainage ditches and paddy fields in endemic areas. It is thought that the portal of entry is through minor skin abrasions, or by inhalation (Thin et al. 1970) .
Melioidosis can be classified into three groups; subclinical, acute and chronic. The subclinical form has been defined immunologically by the detection of antibodies to Ps. pseudomallei occuring in the serum of otherwise healthy individuals in endemic areas (Nigg 1963) . The acute disease presents with fever and pneumonitis accompanied by septiczmic spread of infection and has a high mortality. Chronic melioidosis has no specific mode of presentation, but may simulate disseminated fungal infections or tuberculosis. It seems likely that our patient was affected with the chronic form of the disease.
On reviewing the literature, the frequent occurrence of an underlying susceptibility to infection is notable. Whitmore (1912) first described the disease in morphia addicts and debilitated beggars in Rangoon, and many cases since have occurred in diabetics, alcoholics and patients with other infections. Because of this apparent rarity of clinical infection with an organism which is widespread in the region, our patient was investigated for an underlying susceptibility to infection, and chronic granulomatous disease was found. It is suggested that other patients with clinical melioidosis should be similarly investigated. The clinical details of three children, with unilateral facial paralysis involving only the lower lip, and congenital heart disease, are summarized in Table 1 . The family histories were negative and nothing ofetiological significance occurred during the pregnancies. The cardiac lesion has given rise to no symptoms in patient A S but both the other children are severely affected, and F H has already 'Correspondence and requests for reprints should be sent to: Dr Cyril Chantler, Guy's Hospital, London SEI virus. In patient K K, virus isolation studies at age 7 months were negative. The serological findings were essentially negative except for patient A S, who had a significant rubella titre of 1: 16 at age 16 months and this had fallen to less than 1: 4 at age 21 months. It is unusual for antibody to disappear after congenital rubella but it is also unusual for maternal antibody to remain in a child of 16 months. There are no other features of congenital rubella in this child so the significance of the antibody data must be doubted. Chromosome studies in two children (A S and F H) were normal and showed no breakages. The motor nerve excitability of the facial nerves was examined in patient A S. This showed that upper and middle branches of the facial nerve on the affected side.were intact but there was no response in the muscles supplied by the lower branch. Electromyographic investigation of the right mentalis and depressor anguli oris muscles showed no fibrillation potentials at rest but on vigorous crying only a reduced number of motor unit potentials, of normal waveform, were displayed.
The facial paralysis in these patients involves only those muscles concerned with pulling the lower lip downwards and outwards. These are the mentalis, depressor labii inferioris and depressor anguli oris muscles. All are supplied by the mandibular marginal branch of the facial nerve. Lesions of this nerve have been recognized in adults and children for many years (Marino 1953 ). The paralysis is only recognizable when the patient talks, smiles or cries (see Fig 1) . Hoefnagel & Penry (1960) reported six newborns with this type of paralysis. In the three children they followed the paralysis was permanent. There were no associated congenital abnormalities in their patients. The association of lower lip facial paralysis and congenital heart disease was first reported from America by Cayler (1969) . He postulated that some external etiological agent, perhaps a virus, might be responsible. Chromosome investigations in his patients revealed a large number of breakages. Both the viral and chromosome studies in our patients are normal.
The cardiac lesions are similar both in Cayler's cases and in our own, in that a ventricular septal defect is usually present as an isolated defect or more commonly as part of a more severe congenital heart anomaly. The associated abnormalities are also similar, branchial cleft anomalies and rectal agenesis being present in both series.
In contrast to Cayler's experience, our cases appear to have occurred sporadically; two were born in London, the third in Ghana.
Congenital facial paralysis may be associated with the following: birth trauma or intrauterine pressure on facial nerve; generalized central nervous system damage; Mobius syndrome; external ear malformation; cardiofacial syndrome. However, it is difficult to define each individual case rigidly as there are often features common to more than one group. One of our children (A S) has a severe ear malformation but does not have the total lower motor neurone facial paralysis which is typical in these cases. A   Fig 1 Patient F H. Left lower lipfacialpalsy apparent on crying thoracic hemivertebra as in child F H has also been reported in these children with a severe external ear malformation (Nair & Mathew 1963 ). Dysphagia as in child K K may be present in Mobius syndrome. The distinguishing feature of the cardiofacial syndrome is the localization of the facial paralysis. The importance of recognizing this paralysis at birth is that it may be associated with cardiac malformation. Essential Thrombocyth&emia in Childhood Susan E LumleyI MRCP DCH (for B W Powell FRCP) (Peterborough District Hospital, Peterborough, Northamptonshire) Girl born 30.4.56 History: Known to have had the condition for at least seven years. First seen in 1962 complaining of recurrent frontal headaches, often severe, and abdominal pains frequently localized to the left hypochondrium. She had a tendency to bruise easily and in 1966 she had bleeding from tooth sockets for over 24 hours. In 1967 she bled for two hours from a finger prick but there have been no episodes of more severe or prolonged bleeding and she has never required a blood transfusion. Her general health has been otherwise good and she is an active person and good at cross-country running. There have been no other illnesses of significance and no family history of a hemorrhagic diathesis. On examination: Apparently healthy with several telangiectases on forehead and cheeks (which have subsequently disappeared) and several bruises on limbs. Firm non-tender enlargement of spleen 8 cm below costal margin (this remains unchanged) but there has never been any hepatic enlargement. The patient was, and has remained, normotensive. Optic fundi normal. There have been no other abnormal findings. Investigations (February 1965; these Platelet function tests (7.3.69): Poor clot retraction; deficient Factor 3 release; incomplete aggregation after contact with ADP. The platelet count was consistently above 800,000/mm3, and frequently above 1,000,000/mm3, with some giant forms. Megakaryocytic fragments and bizarre forms may be found in the peripheral blood. Treatment and progress: Busulphan, 2 mg daily, was given initially on 3.4.69 and this was doubled after eighteen days and given for three months. There was a gradual and consistent fall in the platelet count which reached its lowest level of 210,000/mm3 three months after treatment was discontinued. Thereafter the platelet count gradually rose again, the latest value being 450,000/mm3 on 9.2.70.
Essential thrombocythemia is an extremely rare condition in childhood, only three other cases having so far been reported (Spach et al. 1963 , Thieffry et al. 1957 , Ozer et al. 1960 ). The condition is defined as being a three-fold increase in platelets with megakaryocytic hyperplasia of the bone marrow, in the absence of disease leading to an increase in platelets. Five criteria were suggested for the diagnosis by Ozer et al. (1960) .
Essential thrombocythmemia forms part of the spectrum of myeloproliferative disorders being very closely related and sometimes developing into myeloid leukwmia and polycythevmia vera. It is essentially a panmyelosis in which elevation of the platelets predominates.
Bleeding and coagulation studies on these patients are usually normal and yet there is frequently a hkmorrhagic diathesis. Bleeding occurs usually into the skin and mucous membranes and post-extraction bleeding can be particularly troublesome. Epistaxes and massive gastrointestinal hmmorrhages can occur and are sometimes the main feature of the disease. However, although platelets from these patients have been used with efficacy in patients with thrombocytopenia, slight defects in platelet function tests are usually present as in this patient. It was originally
